To

The Editor

Sir,

Medulloblastoma constitutes one of the most commonly occurring intracranial tumors in the pediatric age group. It involves the posterior fossa with the site of predilection being the cerebellar vermis.\[[@ref1]\] Rarely, medulloblastoma may be located in the cerebellar hemisphere, which is commonly noticed in the adult. A medulloblastoma with epicenter in the cerebellopontine angle\[[@ref1][@ref2][@ref3][@ref4][@ref5][@ref6]\] in extra-axial space is extremely uncommon and exact management remains debatable due to paucity of published literature. Till date about 27 cases of cerebellopontine medulloblastoma have been reported but mostly in the adult age group as isolated case reports and only few case reports are available referring to the pediatric age group. The authors did an extensive search on Pubmed and Medline and could manage to collect only seven pediatric cases of cerebellopontine angle medulloblastoma and authors add another interesting case from their experience, so a total of eight cases form the cohort of the current study. There were 50% males (*n* = 4), with mean age at diagnosis being 10 years (ranging from 3 to 17 years), and the commonest histopathological type of pediatric cerebellopontine medulloblastoma was of the classic variety (43%).

A 16-year-old female student presented to our emergency neurosurgical services with a complaint of progressive worsening headache associated with repeated episodes of projectile vomiting over last 2 months and diminution of hearing in the right ear with mild facial symmetry for the last one month. She developed altered sensorium since early morning on the day of admission. Examination at admission revealed irritation and drowsiness with stable vitals. Neurological examination revealed the presence of bilateral papilledema on fundi evaluation and bilateral six nerve paresis. She also had lower motor neurone seventh cranial nerve paresis and right-sided gross cerebellar signs.

An emergency cranial computed tomography scan revealed the presence of a large heterogeneous hyperdense mass lesion located in the right cerebellopontine angle causing distortion and displacement of brainstem and right cerebellar hemisphere and obliterating fourth ventricles producing marked obstructive hydrocephalus with periventricular ooze. An intravenous contrast study showed heterogeneous enhancement with multiple hypodense areas \[[Figure 1A](#F1){ref-type="fig"}, [B](#F1){ref-type="fig"}\]. Although magnetic resonance imaging scan study of the brain was planned, the patient neurologically worsened rapidly due to aggravations of obstructive hydrocephalus and an emergency surgery was performed instead of ventriculo-peritoneal shunt under general anesthesia.

![(A) Computed tomography scan of head showing heterogeneous mass lesion in cerebello-pontine angle with distortion of brainstem and obliteration of fourth ventricle associated with small cyst. (B) Noncontrast cranial computed tomography scan showing heterogeneous mass lesion located in cerebello-pontine angle](JPN-13-125-g001){#F1}

She underwent right retromastoid craniectomy in the sitting position. After first making a small incision over the dura in the inferno-medial quadrant and releasing CSF from cisternal magna, posterior fossa became lax and further dura was opened and cerebellum was retracted using a retractor and CSF was released from the cerebellopontine angle cistern; a well-circumscribed mass lesion became evident. It was soft in consistency with areas of firmness, highly vascular, suckable, and greyish pink in color, and near total excision of mass was done with anatomical preservation of the seventh and eight cranial nerve complexes and after securing hemostasis wound was closed in layers.

In the immediate postoperative period, she was electively ventilated overnight. The next morning, she was extubated. Postoperative period was uneventful except that there was no improvement of the right seventh and eighth nerve deficit. She was discharged from the hospital on the 12th day. Histopathological examination of the specimen revealed a highly cellular tumor with arrangement of lobular patterns, and reticulum stain showed a dense network of reticulin fibers. Immunohistochemical study revealed the diagnosis of the desmoplastic variant of medulloblastoma. She received radiotherapy after 2 months following surgery. At the last follow-up, 6 months after the radiotherapy, she was doing well although mild facial paresis was persisting.

Medulloblastoma represents one of the commonest pediatric intracranial tumors and is located in the posterior fossa with preferred site of predilection being the cerebellar vermis. It usually presents with rapidly progressing clinical course along with the feature of the raised intracranial tension and cerebellar dysfunction.\[[@ref1][@ref2]\] Rarely, medulloblastoma may be located in the cerebellar hemisphere and commonly in the adult.\[[@ref3][@ref4][@ref5][@ref7]\]. Extra-axially, the medulloblastoma may get localized in two typical areas: the tentorial region and the cerebellopontine angle.\[[@ref6]\]

Development of medulloblastoma in the cerebellopontine angle is regarded as an extremely uncommon entity and typically represents the desmoplastic variant of medulloblastoma, occurring in the age group of 19--46 years. Only a few isolated cases are reported in the pediatric age group.\[[@ref8][@ref9][@ref10][@ref11][@ref12][@ref13]\]

Pediatric cerebellopontine angle medulloblastoma tends to occur equally in males and females, with mean age of 10 years (range 3--17 years) at the time of diagnosis \[[Table 1](#T1){ref-type="table"}\]. Our case is interesting and probably the third in the pediatric age group, where desmoplastic medulloblastoma was entirely located in the cerebellopontine angle.\[[@ref7][@ref8]\]

###### 

Summary of published pediatric cerebello-pontine angle medulloblastoma

![](JPN-13-125-g002)

Clinically, pediatric cerebellopontine angle medulloblastoma presents with symptoms of raised intracranial pressure and cerebellar dysfunction along with features of the seventh and eighth cranial nerve dysfunction. Due to the lack of definite and characteristic clinical features, audiometry examination or even computed tomography and magnetic resonance imaging study may not be able to clearly establish the diagnosis in the preoperative stage and differentiate it from other common regional lesions including acoustic schwannoma, meningioma, cholesteatoma, and schwannoma of lower cranial nerves. Kumar *et al*.\[[@ref7]\] observed that diminution of hearing or involvement of the seventh cranial nerve is uncommon and may help to differentiate pediatric cerebellopontine angle medulloblastoma from acoustic schwannoma. Even few cerebellopontine angle medulloblastoma cases may develop acute labyrinthine failure,\[[@ref4]\] and these cases with acute onset with evidence of the early cerebellar signs and ataxic gait may indicate an axial origin of tumor, but the presence of positional nystagmus, may be an early sign suggestive of cerebellopontine angle medulloblastoma than comparing to other mass lesions such as schwannoma and meningioma.\[[@ref7]\]

The site of origin of medulloblastomas occurring in the cerebellopontine angle is still debatable. It is postulated that pediatric cerebellopontine angle medulloblastoma may originate from external granular layer remnants in the cerebellar hemisphere, mostly from the flocullus or proliferating residue of the lateral medullary vellum and further projecting into the cerebellopontine cistern.\[[@ref5][@ref6]\]

The commonest histopathological type of pediatric cerebellopontine angle medulloblastoma is classic (43%), followed by anaplastic and medullomyoblastoma\[[@ref8][@ref9][@ref10][@ref11][@ref12][@ref13]\] \[[Table 1](#T1){ref-type="table"}\].

The mainstay of therapy for pediatric cerebellopontine angle medulloblastoma is multimodality combination therapy, which includes primary craniotomy and gross total surgical excision followed by adjuvant therapy, comprising radiotherapy and chemotherapy.\[[@ref14][@ref15]\] Mehta *et al*.\[[@ref4]\] observed 30% 5-year survival in cases who underwent surgery followed by radiotherapy. In pediatric cerebellopontine angle medulloblastoma, the lesion is usually approached with retromastoid craniectomy and maximum decompression of lesions is achieved with careful preservation of cranial nerves and brainstem. Cordon *et al*.\[[@ref14]\] advocated chemotherapy as it helps in prolonging disease-free survival.

To summarize the cerebellopontine angle medulloblastoma represents an extremely rare group of lesions, typically reported to occur in the adult but can also occur in the pediatric age group. All cases of cerebellopontine angle mass lesions presenting with atypical clinical signs and symptoms merit a consideration for possibility of the existence of pediatric cerebellopontine angle medulloblastoma, which must be kept as one of the differentials, although incidence remains extremely uncommon, and patients should be also explained about the possible need of adjuvant therapy if histopathological examination reveals presence of medulloblastoma.
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